Cystic fibrosis and Werdnig-Hoffmann disease are the two most common monogenic disorders encountered in our Genetic Counselling Clinic in Budapest. 1 Of nearly 1000 probands affected by autosomal recessive disorders, 10% had Werdnig-Hoffmann disease (WHD) . This high number prompted us to set up a genetic epidemiological study in the early 1980s. The purposes of this study were to determine the birth prevalence of WHD in Hungary and to delineate its epidemiological characteristics.
WHD is the severe infantile form of proximal spinal muscular atrophy. It In the second step of the study the parents of index patients were invited to our department or visited at home for a personal interview in order to confirm the diagnosis of WHD and to obtain epidemiological data with the help of a purpose designed, printed questionnaire.
The criteria for WHD were the following: (1) the start of wasting, proximal muscular weakness, and hypotonia with absence of deep tendon reflexes in the first year of life; (2) the index patient was never able to sit without support; (3) death before the age of four years; (4) The geographical distribution of index patients also showed significant differences in prevalence (figure). The main cause of these may be the only after birth and that postnatal recurrence is not distorted by prenatal loss of sibs. Thus, livebirth prevalence is equal to the incidence. However, there was a significantly higher rate of induced abortions after the birth of index patients, which may reflect the effect of genetic counselling. Of 172 liveborn sibs, 55 were affected by WHD; thus, the recurrence in sibs was 32%. (Additionally, death from unknown causes before the age of one year was mentioned in two sibs.) The observed 32% recur-FIGURE Territorial distribution of Werdnig-Hoffmann disease in Hungary, 1970 Hungary, to 1980 rence rate exceeds the expected 25%; however, the explanation may be ascertainment bias, in that there is a higher chance of ascertaining families with more than one index patient. Fifty-seven families had one, 19 had two, and three had three index patients. The total number of 104 index patients occurred in 79 families and the proportion of affected sibs was similar in previous and subsequent pregnancies.
Among 79 parents three second cousin couples were found. This rate of 3-8% is 13 times higher than the Hungarian population figure.'0
Discussion
The frequency of all forms of spinal muscular atrophy was found to be at least 0-5 per 10 000 livebirths by Brandt.7 The livebirth prevalence of the infantile form (WHD) was reported as 0*39 per 10 000 in north-east England,"1 the incidence being 
